Rheumatology, The Royal Wolverhampton Trust, Wolverhampton, UNITED KINGDOM Introduction: Discogenic hemi-vertebral sclerosis is a rare condition of localised sclerotic or lytic lesions affecting vertebral bodies in adults. It is of unknown aetiology and regarded as a do not touch lesion. We report the first case where this lesion has been confused fora fracture. Case description: A 48 year old female patient presented with a 20 year history of mechanical back pain, neck, left shoulder, knee and ankle pain. ShehadahistoryofaL5/S1discbulgeresultinginnerverootcompression which was successfully treated with an L5/S1 nerve root block injection under the spinal surgeons three years previously. The patient had a lumbo-sacral radiograph performed due to a back injury 20 years ago which reported multiple Schmorl's nodes, disc space narrowing at L5/S1 and facetal spondylosis from L4 to S1; namely degenerative changes only. Ongoing back pain led to a repeat lumbar spine radiograph which identified degenerative and modic end plate changes in 2014 and a computed tomography scan of the abdomen and pelvis with contrast 3/11/ 2014 reported as degenerative changes at L5/S1 does in fact show endplate sclerosis at L5/S1. The patient was never seen by a rheumatologist and no other further testing performed however her father also had a diagnosis of ankylosing spondylitis. Past medical history includes renal calculi, frozen shoulder, double uterus and caesarean section. On examination she was able to mobilise unaided, lumbar spine movements were slightly restricted however Schober's test was just within normal limits at 5cm. Cervical spine mobility was restricted in extension and rotation at half range movement with crepitus. Left shoulder joint mobility was reduced to flexion 110, abduction 90 and internal rotation 3 =4 and external rotation half range with a full range of passive movement at the left shoulder. ESR and CRP were not significantly raised at 19 mm/hr (1-12) and 10 mg/l (0-5) respectively, bone profile, Vitamin D studies and immunoglobulins were normal. HLA B27 was negative. MRI of whole spine identified loss of normal cervical lordosis with posterior disc osteophyte complex at C5-C6, C6-C7 and C7-T1 causing thecal sac compression only and minor insignificant disc protrusions were seen at the T-spine. The report stated that in the lumbar spine there is a linear horizontal low signal across the L5 and S1 vertebral body in keeping with a fracture. Short TI inversion recovery identified minor oedema at the site. Other changes include degenerative change and loss of disc height at L5-S1, diffuse disc bulge at L4-5 and mild oedema at left sacroiliac joint inferiorly. These appearances suggest degenerative change. Although the magnetic resonance imaging scan of the spine report suggested the presence of L5 and S1 vertebral body fractures; this seemed unlikely in the absence of any history of trauma and her normal bone mineral density. The dual energy x-ray absorptiometry scan reported a T score of þ 1.0 at the femoral neck and þ0.6 at the lumbar spine. Therefore further review of the imaging at the rheumatology/radiology meeting with the musculoskeletal radiologist identified discogenic hemi-vertebral sclerosis at the level of L5 and S1simulating fractures therebyresolving the issue. Discussion: Discogenic hemi-vertebral sclerosis is a rare usually sclerotic, but occasionally lytic or mixed lytic-sclerotic lesion which typically arises in the clinical context of a middle aged woman with chronic low back pain. Ithas previously been reported that thislesion canbeconfused with the appearance of a bony metastases or infection but never as a fracture. It is always situated adjacent to the vertebral end plate and usually associated with degenerative changes such as narrowed disc space, Schmorl's nodes and osteophytes all of which were identified on the patient's imaging. Discogenic sclerosis can also mimic infectious spondylitis which also presents with narrowed disc space, sclerosis of adjacent vertebral bodies and abnormalities of the vertebral end plate therefore correct identification is vital to prevent unnecessary biopsies and further investigation as the management is conservative. However, diagnosis is challenging and requires correlation of the clinical features with radiological findings which include: rounded sclerosis most frequently in the anterior vertebral body (100%); central lucency in the sclerosis (77%); associated degenerative changes at the intervertebral disc, e.g. vacuum phenomena (44%); absence of a para-spinal mass and maintenance of vertebral body height. This patient underwent several imaging modalities before the correct diagnosis was made. Fortunately, she did not undergo any unnecessary invasive procedures, to repair the supposed vertebral fractures or for further diagnostic value, highlighting the importance of recognising this unusual presentation of discogenic hemi-vertebral sclerosis. Key Learning Points: Discogenic hemi-vertebral sclerosis appears at the end plate and is usually associated with a narrowed disc space and degenerative changes. Discogenic sclerosis can mimic infection, fracture or bony metastases. Correct diagnosis is important to prevent unnecessary biopsy. Disclosure: Z.M. Sardar: None. Introduction: Rat bite fever (RBF) is a zoonosis and rare presentation to hospital. Its known causative organisms are Streptobacillus moniliformis and Spirillum minus, the latter of which is almost exclusively restricted to Asia. These organisms are the normal oral and nasopharyngeal flora found within rodents. The most common route of transmission is via bites or scratches, but it has also been noted that it may infrequently be transferred simply by handling rodents. There are approximately 1-2 cases per year reported within the UK. Due to its rarity and remitting non-specific symptoms of pyrexia, headache, myalgia, migratory polyarthralgia and maculopapular rash, it often poses a diagnostic conundrum. It has been noted that the condition can be self-limiting but can also have serious complications such as endocarditis and meningitis. Rapid treatment is therefore of paramount importance, as it has been reported that mortality may reach as high as 7-13% without adequate intervention with antibiotics, such as penicillins, in severe cases. More frequently, this infection may last several months without improvement and may inappropriately be treated as an autoimmune condition. Immunosuppression could worsenprognosis. Case description: A 67 year old white British man presented to the acute medical unit with a one-week history of malaise and difficulty mobilising. He was an ex-smoker and had a background of hypertension and ischaemic heart disease. He had experienced vomiting and diarrhoea, with no blood or mucus in the stool. He had developed bilateral ankle pain over the past few days with swelling, and a bilateral pinpoint purpuric maculopapular rash over the lower limbs developing the day prior to admission. He was not on any regular medication and had no known drug allergies. On admission he had a temperature of 39 o C but remained haemodynamically stable. It was noted on examination that he had an ejection systolic murmur louder on expiration, but no other abnormalities were found on cardiovascular or respiratory assessment. His abdomen was soft and there was no organomegaly. His right third metacarpophalangeal joint was noted to be swollen and erythematous, as was the left sternoclavicular joint. Both ankles were oedematous and painful. Initial blood samples showed a raised CRP of 271, white cell count (WCC) 15.1, with no other abnormalities. ECG showed sinus rhythm, but the urine alysis was mildly positive for protein and showed trace blood. Due to the development of a previously unknown murmur and pyrexia, he was initially treated for possible infective endocarditis. The rash and urinalysis also led to a differential of autoimmune vasculitis. Initial investigations included three sets of blood cultures and a transthoracic echocardiogram. He was started on intravenous fluid, analgesia and was treated empirically for infective endocarditis according to trust antimicrobial guidelines (vancomycin and gentamicin). A referral was made by the acute physicians to rheumatology at this point.The initial report of the transthoracic ECHO suggested that there may be a small vegetation on the aortic valve with mild mitral regurgitation. Cardiology was consulted and a transoesophageal ECHO was organised, which ultimately showed that there was no vegetation. The initial results of the first blood culture were suggestive of a gram negative rod, so meropenem was started to cover for this organism. Microbiology reviewed the patient and suggested the additional testing of hepatitis A, B, C and HIV, all of which were negative. Rheumatologists reviewed him after this and suggested that an infective cause for the vasculitis was more likely than an autoimmune cause considering the clinical picture and recent blood culture results. Additional tests to include ANCA, ENA, double stranded DNA antibody, anti-CCP antibody and urine protein:creatinine ratio were requested to add to the overall workup, and immunosuppression was not commenced. An ultrasound scan of the left sternoclavicular joint confirmed an inflammatory arthropathy, and a CT thorax showed no obvious abnormalities. Streptobacillus moniliformis was isolated from the first blood culture. The patient then declared his hobby of keeping rats and admitted to a recent bite, thus a diagnosis of rat bite fever was made. As he had made a good clinical recovery he was converted tooral amoxicillin and discharged.
A RARE INFECTIVE CAUSE PRESENTING AS SYSTEMIC
Discussion: Rat bite fever can be mistaken for vasculitis in view of shared clinical and biochemical features such as a purpuric rash, inflammatory arthritis, cardiac manifestations such as myocarditis, raised inflammatory markers, along with constitutional symptoms including fever, malaise and weight loss. The resultant immunosuppression could worsen prognosis. There is a need to always keep the differential diagnosis as broad as possible whenapatientpresents with anunusual rangeof symptoms and signs. Reaching for the most obvious diagnosis before properly working up a patient could lead to a negative outcome. This case illustrates the importance of good clinical history taking and taking a systematic approach to managing any patient. A reasonably robust attempt was made to find a source of infection beforeinstitutingimmunosuppression. Key Learning Points: A good clinical history is vital for diagnosis and therefore the correct treatment. It should be made more common practice that an animal or other environmental exposure history be included in patients who present with an unusual constellation of symptoms. Rat Bite Fever and other infective arthropathies may mimic the symptomology of vasculitis and other systemic autoimmune conditions, and therefore should be considered as a differential. Early treatment with antibiotics is the most effective way of improving prognosis in these patients. Case description: A 75 year old lady presented to her GP with bilateral sudden deafness and dizziness with an unsteady gait, following a twoweek history of early morning headaches with nausea but no vomiting. She was admitted under the ear, nose and throat (ENT) team, and an audiogram found sensorineural deafness, worse on the left than right. There were no signs of meningism, and tone, power, and reflexes were normal. She had positive nystagmus. The respiratory, cardiovascular and gastrointestinal systems were normal. During admission, she had several spikes in temperature, as well as worsening redness in her left eye. An ophthalmology referral was therefore completed. On examination, she was found to have left-sided nodular scleritis and bilateral hard fundal exudates, although pupils were equal and reactive. Intra-ocular pressures were normal. A fluorescein angiography showed colloid bodies over the posterior poles of both eyes. During admission, the lady had several investigations including full blood count, ESR, renal and liver function tests, bone marrow biopsy, abdominal ultrasound scan, MRI of the brain, lumbar puncture, and a full autoimmune screen. All were normal, aside from a raised ESR (108) and raised liver function tests. In light of the above test results, along with her scleritis and bilateral sudden onset sensorineural deafness, the ophthalmologists suspected Cogan's syndrome and commenced her on high-dose steroids and referred for rheumatology review. Although her hearing did not return, she had marked improvement in her inflammatory markers and was discharged after one month on a reducing course of steroids, as well as steroid eye drops. She had regular follow-up with the rheumatology team. She continued to be profoundly deaf, and experienced intermittent dizziness, unsteadiness, and tinnitus, which worsened over the subsequent months leading to the requirement for a walking aid. ESR continued to decline and fundal exudates gradually cleared. Six months after her initial presentation, she had a further transient episode of scleritis in the left eye, after which she was reviewed by ophthalmology and advised to discontinue treatment. Due to worsening pains in several of her joints, an x-ray was performed of her hips, spine, and sacro-iliac joints with showed mild spondylolisthesis and facet joint change. An audiogram performed at this time showed no response for air or bone conduction, no different from the audiogram performed on initial admission. Despite learning to lip-read, she was struggling to cope with this aspect of her disease, and was therefore fitted with cochlear implants, which greatly improved her quality of life. She was off all steroid treatment just under two years after her first admission, with no renewed features of her disease including scleritis or repeated episodes of vasculitis. Three years following her initial episode, the patient was admitted from rheumatology clinic due to increasingly severe headaches over the preceding two months, with elevated inflammatory markers (ESR 99, CRP 127). The headaches were intermittent and localised to the left temporal region. An infection screen was negative and CT scan of the brain showed no new pathology. She was treated with a course of IV methylprednisolone, after which she showed clinical and biochemical improvement and was discharged. She continued to have intermittent flares of her Cogan's syndrome, requiring further courses of steroids. She also had ongoing treatment and surgery for osteoporosis and bilateral cataracts respectively, likely induced by her high cumulative dose. Over the subsequent five years, the patient became increasingly frail and unsteady, experiencing muscle spasms leading to an inability to carry out activities of daily living, such as lifting herself out of the bath. Her steroids were reduced to zero, which improved the dizziness, but the frailty and declining mobility persisted. She began to have frequent falls, leading to several admissions, including for osteoporotic wedge fractures and femoral fracture, requiring a total hip replacement. In light of her worsening mobility, she was referred for review by the care of the elderly team. She was found to have a shuffling gait, mild bradykinesia, and increased tone, more so on the right, as well as a high systolic blood pressure of 180, with no postural drop. Over the subsequent months, she developed fine tremors. A diagnosis of vascular parkinsonism was made, and treatment with co-beneldopa commenced.In recent years, despite continued frailty, the patient has remained clinically well. She has developed some circulatory problems, including Raynaud's phenomenon, as well as Sjogren's syndrome, demonstrated by a very positive Schirmer's test. Neither, however, requires treatment beyond conservative measures at present. As well as presenting as a typical case of Cogan's syndrome, with atypical features, to our knowledge, she remains the oldest patient to be diagnosed with, and continuing to live with, this disease. Discussion: Cogan's syndrome requires a multi-disciplinary approach to management, and this is exemplified by this case. Our patient was diagnosed surprisingly quickly compared to others presenting with similarsymptoms, withrelatively efficient communicationbetween ENT,ophthalmology, and rheumatology. There are few conditions that can cause both complete sensorineural hearing loss and visual deterioration, and they can of course be unrelated, but this case highlights the need to keep vasculitis and this particular condition in mind. This is especially important in this case given the age of the patient at presentation; the typical age of presentation, consistent with most autoimmune rheumatological conditions, is the third or fourth decade. Systemic vasculitis is a feature more consistent with the atypical form of this disease. Typical features in this case include the initial presentation of scleritis with bilateral sensorineural deafness. It is likely that the remitting-relapsing nature of this patient's systemic vasculitis contributed to her subsequent vascular Parkinsonism, something that has not previously been described in the literature. It should not be assumed that neurological symptoms in these patients is solely due to their vasculitis, but it is important to consider when planning management, as well as closely monitoring inflammatory markers. Cogan's syndrome has no formal diagnostic criteria or treatment guidelines,with management mostlybasedonanecdotal evidence. This leads to the question as to whether high-dose steroids are the most appropriate treatment for these patients in the long run. High-dose cumulative steroids leads to several complications, as demonstrated by this case, and it is worth considering whether alternative immunosuppressive agents would be more effectiveto prevent further episodes. Key Learning Points: Cogan's syndrome in its typical form comprises scleritis or keratitis, in association with sensorineural hearing loss. It is an important diagnosis to consider in patients presenting with these symptoms with little temporal separation. Atypical Cogan's syndrome involves other inflammatory ocular conditions, as well as systemic vasculitis and more pronounced vestibular symptoms, although it is important to
